Abstract: Steatocystoma multiplex is a rare genetic disorder characterized by the presence of hamartomatous malformations at the junction of the pilosebaceous duct. It consists of encapsulated cystic lesions in the dermis, with adjacent sebaceous gland. When associated with inflammation, resembling hidradenitis, it is called steatocystoma multiplex suppurativa, a condition rarely reported. This is the first case of steatocystoma multiplex suppurativa reported in the Brazilian literature. Female patient, 23 years old, with papular and nodular cystic lesions that started in the armpits and groin, later spreading to the trunk, lower limbs, anticubital fossa, face and scalp. The presence of papular-nodular lesions associated with disseminated hidradenitis-like lesions in flexural areas and the histopathological diagnosis of steatocystoma defined the diagnosis of steatocystoma multiplex suppurativa.
INTRODUCTION
Steatocystoma multiplex (SM) is a rare genetic disorder. 1, 2 It is characterized by multiple dermal cysts of varying sizes, which present in areas where the pilosebaceous unit is well developed, predominantly in armpits, trunk and proximal ends. [3] [4] [5] [6] In women, SM presents with greater frequency in the inguinal region and in men it is usually arranged in a diamond-shape distribution in the trunk. Rarely, it is found on the scalp and face. [1] [2] [3] 7 Lesions vary from normochromic to yellow, are movable, with slow growth and liquid content most of the times. 2, 4 SM appears in adolescence or early adulthood, with no predilection for sex. 1, 2 Most cases have autosomal dominant feature, but it can also occur sporadically. 5, 6, 8 Although it is a benign condition and most of the lesions are asymptomatic, there is an inflammatory variant called SM suppurativa. 4, 6 In this case, there is spontaneous rupture of the cysts, suppuration and malodorous drainage, especially if secondarily colonized by bacteria. 2, 6, 9 Abscesses can also occur. These findings resemble to lesions of acne conglobata or hidradenitis suppurativa. 9 The lesions can progress to scars, causing much discomfort to the patient. The origin of cyst formation is not completely known. The familial form may be related to mutation in the keratin 17, a keratin type 1 found in the sebaceous glands and hair follicles. 4 The same mutation is found in pachyonychia congenita type 2 (PC-2), with which SM may be associated, a dominant autosomal disorder that presents with nail dystrophy, palmoplantar keratoderma, oral leukoplakia, follicular keratosis and epidermal inclusion cysts. 2, 4, 5, 8 In addition, SM can manifest with hypertrophic lichen planus, acrokeratosis verruciformis, natal teeth and other findings. 5, 8 There are phenotypic variations within the same family, as in the case of our patient, and there may be overlap among subtypes. The same mutation in the keratin 17 gene may manifest with SM or PC-2 alone or in association. More than 11 distinct mutations are described; however, the resulting phenotype is independent of the type of mutation. It is possible that these manifestations are spectra of the same disease. 8, 10 The largest case series of SM comprises 64 patients with clinical, demographic and histopathology analysis. It has been demonstrated that most of the cases were sporadic, with mean age of 26 years, and the most affected sites were the arms (35%) and chest (29%). 3 Symptoms such as pain, itching and fever may occur in the suppurative form. The evolution of SM to the suppurative form is rare and can happen at any time during the course of the disease.
Reports of serious infections can result due to low socioeconomic status and poor adherence to treatment. Cystic lesions are often movable, with consistency ranging from firm to elastic. Nail disorder, such as hypertrophy, occur in most cases, 6 but they were absent in the present case. 1, 6 In the case reported, although no genetic evaluation was performed, the patient probably had mutation in the keratin 17, considering it had a positive family history. Furthermore, it is a rare case, because it presented suppuration in limbs associated with facial and scalp lesions.
The clinic features of SM can resemble a number of diseases: vellus cysts, myxoid cyst, milia, acne conglobata, hidradenitis, and pseudofolliculitis, delaying the diagnosis and the proper monitoring.
1,2,4 SM suppurativa must be distinguished from severe nodulocystic acne, acne conglobata, infected fibroadenoma, and pyoderma. 6 To avoid delay in diagnosis of this condition, it is more feasible to proceed the investigation with histopathology, 1 being more accessible than the genetic evaluation, in addition to presenting peculiar characteristics.
Histologically, the steatocystomas are dermal cysts coated with typical stratified squamous epithelium, whose stratum corneum shows wavy appearance, refractive and strongly eosinophilic.
Sebaceous glands are usually present in the cyst wall, and hair may occur in its cavity. 
